Hemophilic pseudotumors are rare complications of hemophilia that are seen in 1-2% of patients commonly affecting patients with severe disease. Hemophilic pseudotumors occur as a result of recurrent poorly managed or untreated bleeding either in the soft tissue or bone. We report a 5-year-old boy with a previously undiagnosed hemophilia A who developed left paranasal swelling following a fall from a height. He was diagnosed with hemophilic pseudotumor and successfully managed conservatively with factor VIII replacement.
Introduction
Hemophilic pseudotumors are rare complications of Hemophilia A and B. They are estimated to occur in about 1-2% of patients. 1 They are commoner among patients with severe Hemophilia and usually occur in the long bones, however soft tissues and cartilages can also be involved. Hemophilic pseudotumors, structurally composed of bleeds resulting from repeated hemorrhage in to soft tissues, subperiosteum or site of bone fracture with inadequate resorption of the extravasated blood in patients with hemophilia. Involvement of paranasal region are extremely rare and usually result from repeated untreated or poorly treated bleeding following trauma. 1 We report a case of left paranasal pseudotumor in a 5-year-old boy who was managed conservatively with factor VIII replacement.
Case Report
He was a 5-year-old boy who presented to Federal Teaching Hospital (FTH) Gombe with left paranasal swelling following a fall from a height which he sustained about two (2) weeks prior to presentation. He was said to have bled from the nose for about 5 days before referral to us. There was a positive history of severe post-circumcision bleeding for which he was transfused with seven (7) units of blood at a General Hospital. No associated history of fever and no swelling in any other part of the body. The swelling did not interfere with breathing or sight. He was the first child from his mother with two other siblings who were both alive and well with no history of bleeding. There was no history suggestive of hemophilia from the maternal uncles, male children of mother's sisters or male children of grandaunts. On examination, he was found to have a swelling in the left para-nasal region measuring about 5×4 cm ( Figure 1 ). The mass was firm to hard in consistency and mildly tender. There was no active bleeding. Plain skull X-ray (posterior-anterior (PA) and lateral views) showed a well-organized soft tissue mass in the left paranasal region with no bony fracture. Differential diagnoses considered were hemophilic pseudotumor, ameloblastoma and odontogenic cysts.
Coagulation Screen tests results showed a prothrombin time (PT) of 16 seconds (control 14 secs) and prolonged activated partial thromboplastin time (aPTT) of 138 seconds (control 36 secs). Mixing study done was suggestive of Hemophilia A. with an estimated factor VIII level of 3%,that is a moderate form of the disease. A diagnosis of left paranasal hemophilic pseudotumor was made.
He was then commenced on factor VIII concentrate (Eloctate) at 25 U/kg daily for 1 week, then 3 times weekly for the next four weeks. There was a complete resolution of the para-nasal mass at five (5) 
Discussion
Hemophilic pseudotumors are complications of Hemophilia occurring most commonly among people with severe disease. Our case is a moderate form of the disease with a factor level of 3%. Pseudotumors affect 1-2% of patients with severe disease and usually occurs in the bone due to either repeated untreated or poorly treated bleeding. 1 Clinically, they present as progressive painless swellings over a long period of time. 2 Hemophilic pseudotumors, depending on the site of occurrence, can affect the soft tissue, subperiostium or the bone cortex. 3 Soft tissue involvement is seen in about 14% of cases while affectation of the bone is seen in 86% 4 They are have been classified into either proximal or distal pseudotumours. 5 Proximal pseudotumors are those mainly occurring in the long bones (especially the femur) and the pelvis of the mature skeleton of adult hemophilic patients and are usually associated with trauma and recurrent bleeding, more especially into muscles adjacent to the bone. They usually develop over years. Distal pseudotumors are those that mostly occur in the young patient with open epiphyseal growth plates, commonly affecting the small bones of hands and feet of the immature skeleton and are of intraosseous origin. The distal pseudotumors develop rapidly and are not commonly associated with direct trauma. Generally, prior history of trauma is seen in about 57% of cases and this pattern is what was seen in our case report. 4 Radio-imaging techniques such as Computed Tomography (CT), Magnetic Resonance Imaging and X-rays are very important in the diagnosis of pseudotumors. However, those occurring in the soft tissues are very difficult to diagnose using plain X-rays. Magnetic resonant imaging (MRI) and CT scans are very good in the characterization of soft tissue pseudotumours. 6 The management of pseudotumors can either be conservative or by surgical intervention. 7 Conservative management includes the use of factor replacement therapy, embolization as well as some local measures such as immobilization and in some cases radiotherapy. Conservative care is very effective in the care of small to intermediate sized pseudotumors in the absence of other complications such as pressure effects with neuromuscular deficits and increased risk of rupture. Surgical interventions are indicated for large lesions, soft-tissue pseudotumors when rupture is imminent, presence of neuromuscular deficits or failure of conservative therapy. 8 Our patient who is 5 years old developed the pseudotumor following trauma. This is consistent with the etiology in most of the patients with hemophilic pseudotumours. 4 The diagnosis was made using clinical evaluation, coagulation studies and plain X-ray. He did well with conservative care with factor VIII replacement therapy. The target for the therapy was 50% factor level. This was achieved by giving factor VIII concentrate at the dose of 25IU/kg. Surgical intervention was avoided in this patient because there was no evidence of respiratory compromise. We observed complete resolution of the swelling at the end of 5 weeks of factor replacement.
Conclusions
A high index of suspicion, careful history taking and assessment of all patients presenting with swellings may help to unmask hemophilic pseudotumors, as well as prevent bleeding complications that may arise following biopsies or surgical intervention(s) without adequate clotting factor coverage. 
